An unusual case of an isolated histioproliferative lesion arising from the suprasellar region is described. The presence of lymphophagocytosis suggested that this represented an extranodal intracranial form of sinus histiocytosis with massive lymphadenopathy.
Sinus histiocytosis with massive lymphadenopathy (SHML, Rosai-Dorfman disease), an uncommon histioproliferative disorder, presents typically with massive painless lymphadenopathy particularly in the neck, associated with fever, leucocytosis, elevated ESR, and hypergammaglobulinemia. Since its initial description in 19691 almost 400 cases have been collected in the SHML registry, and it has become an established clinicopathological entity. In over a quarter of cases the disease is extranodal2 but usually the even exclusive manifestation. We report a case of isolated suprasellar involvement in a 78 year old man.
Case report A 78 year old retired Welsh farmer presented in June 1989 with bilateral visual impairment. Eight months earlier he first noticed difficulty reading with the right eye and mild headache. The headache improved but his vision deteriorated progressively, and nine weeks before admission he noticed blurring of objects seen in the left side of the left visual field. Eventually he could see only hand movements with the right eye. He experienced no pain. He had no other symptoms, no important previous illnesses, did not smoke or drink, and had taken no drugs. There was no family history of neurological disease.
Examination showed an alert right handed man. Vision in his right eye was limited to counting fingers at 1 m. Visual acuity in the left eye corrected to 6/60, N12 with 11/13 Ishihara colour plates correctly identified. He had a bitemporal hemianopia, right optic atrophy, and right relative afferent pupillary defect. Other cranial nerves and neurological and general examination were otherwise normal. CT head scan showed an enhancing mass involving the sella (figure 1) extending superiorly with elevation of the optic chiasm and anteriorly to the planum sphenoidale. A delayed VER of low amplitude was recorded from the left whole and nasal half fields only. Pattern ERG was normal. Chest and skull x ray pictures, full blood count, ESR, and other routine investigations were all normal.
A granular tumour mass involving both optic nerves was subtotally removed through a right frontal craniotomy. He made a good postoperative recovery, and at eight days visual acuities corrected to 6/36, N35, and 3/ 13 colour plates on the right; 6/12, N10, and 13/13 colour plates on the left. His vision continued to improve, and at review in January 1990 visual acuities corrected to 6/12, N8, and 6/13 colour plates on the right; 6/9, N5, and 13/13 colour plates on the left. He had a right temporal hemianopia and right relative afferent pupillary defect. CT scan showed no suprasellar tumour recurrence. ,Small amplitude delayed VERs were recorded from the right eye with an increase in amplitude and shortening of latencies from the left eye.
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